Summary: Epidermolysis bullosa is a debilitating dermatologic disorder affecting the adhesive capability between the epidermis and dermis. The severe recessive dystrophic variant is caused by mutations in COL7A1, the gene encoding type VII collagen which is the major structural protein of the anchoring fibrils linking these 2 skin layers. 1 The management of recessive dystrophic epidermolysis bullosa (RDEB) remains complex with no curative therapy. We present herein the novel use of a porcinederived extracellular matrix dressing to effectively treat extensive erosions in a newborn. were removed with resolution of ulcerated areas and epithelial budding in all sites except the dorsum of the feet which continued to have ulceration (Fig. 2 ). Treatment continued with daily BLE dressing changes of gentamicin/Mepitel/Adaptec for 1 month then alternating gentamicin and bacitracin monthly. At postprocedure day 19, almost all open areas had healed to the legs where the Cytal was applied (Fig. 3) . At postprocedure day 54, remaining open areas to the feet where Cytal application had been limited due to patient movement had healed as well. One year out, the patient was noted to have a few small open areas on her legs (Fig. 4) .
DISCUSSION
RDEB remains an incurable, rare disorder occurring in less than 1 million newborns. 2 Wound care remains the mainstay treatment to decrease pain, prevent infections, and improve healing. Many therapies have been evaluated with variable results. 3 Due to the large surface area and patient age, skin substitutes were desired for coverage. Her sibling had been treated at and outside hospital with Apligraf (Organogenesis, Canton, MA). Cytal Wound Matrix 3-Layer dressing compared with Apligraft offers the advantages of decreased healing time, lower cost ($70-100 versus $1,700), and easier storing capabilities. 4, 5 Cytal Wound Matrix contains epithelial basement membrane from porcine urinary bladder and collagens including collagen VII. Recent studies show that topical application of gentamicin can induce type VII collagen in individuals with COL7A1 gene nonsense. 6 The 2 variants tested in our patient based on the sibling's genetic studies did not have a known premature stop codon; however, we chose gentamicin as we could not rule out an additional nonsense mutation and for its role as moisturizing agent and infection prophylaxis.
At the initial dressing change at day 5, significant improvement was noted in the legs with almost complete adherence of Cytal to the ulcerations on her knees and shins. However, ulcerations remained on the dorsum of the feet which was not unexpected as the patient was not sedated and moved throughout the procedure. This made Cytal application challenging in this location, serving as the major limitation of this and other skin substitutes. Although the remaining open areas did eventually heal over time (54 days noted to have closure dorsum feet), the wounds treated with Cytal had closure of ulcerated areas as early as 5 days suggesting Cytal is superior to wound care alone. At 1-year follow-up, new open areas were noted, which reflects the nature of RDEB, a disease with high risk of skin breakdown with minimal friction. Thus, the main benefit of early Cytal application in this patient is the reduction in her overall wound care burden.
We report herein the case of a patient with RDEB treated with Cytal and gentamicin ointment with healing of her wounds. We conclude that Cytal is an option to assist with wound management in this challenging population in whom treatment other than skin grafts is clearly desirable. Future studies are needed to examine the expression of COL7 after treatment with porcine-derived extracellular matrix dressing and to determine whether the beneficial effects noted in our patient are reproducible in other patients with RDEB and in other subtypes of EB.
